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Objectif .– Déterminer l’efficacité et la sécurité du traitement par immunoglo-
bulines par voie intraveineuse dans le syndrome post-polio, par le biais d’une
étude clinique ouverte.
Patients.– Un total de onze patients, six hommes et cinq femmes, d’âge moyen
61 ans (43 à 72 ans), avec un diagnostic de syndrome post-polio établi selon les
critères de Halstead et Rossi, ont été inclus dans l’étude de juillet 2009 à
décembre 2012.
Méthodes.– Les patients ont reçu les immunoglobulines intraveineuses sous la
forme de tégéline à la dose de 0,4 mg/kg par jour, pendant cinq jours consécutifs
chaque mois pendant trois à quatre mois. La douleur mesurée par l’échelle
visuelle analogique, la force musculaire mesurée par le testing manuel et par le
couple de force maximum selon le dynamomètre Con-Trex, et les capacités de
marche mesurées par le test des six minutes et la vitesse de marche sur dix
mètres, ont été notées avant et après traitement.
Résultats.– Huit patients (73 %) ont amélioré tous les paramètres de façon
significative, deux patients (18 %) ont ressenti une amélioration non
objectivable par les mesures instrumentales, et deux patients (18 %) n’ont
vu aucune modification. Ces derniers sont les seuls patients qui ne présentaient
pas de douleur.
Discussion.– Ces données semblent confirmer que les immunoglobulines par
voie intraveineuse sont un traitement efficace et sans risque du syndrome post-
polio, surtout si la douleur est un des symptômes principaux [1]. Étant donné
qu’un effet placebo ne peut être exclu, une étude contrôlée randomisée en
double aveugle est nécessaire pour confirmer ce résultat préliminaire.
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Objectifs.– Analyse spatio-temporelle et cinématique de la marche chez des
sujets atteints de dystrophie myotonique de type 1 ou Maladie de Steinert.
Matériels.– L’analyse cinématique de la marche a été effectuée à l’aide d’un
système de capture vidéographique (Sony1), d’un système optoélectronique de
reconstruction du mouvement en 3D (Vicon1 + Worstation1 + Bodybuider1)
et d’un logiciel d’Analyse Quantifiée de la Marche (Polygon1).
Patients.– Six patients (trois femmes et trois hommes) atteints de dystrophie
myotonique de type 1, suivis en consultation au sein du centre de référence des
maladies neuromusculaires du CHU de Reims (Champagne Ardenne, France) et
six adultes en bonne santé (trois femmes et trois hommes).
Méthodes.– Tous les sujets sont amenés à déambuler sur une longueur de six
mètres à allure spontanée. Des paramètres spatio-temporels (vitesse, cadence
et longueur du pas), ainsi que des paramètres cinématiques (3D des
articulations de la hanche, du genou, et de la cheville) sont comparés à
ceux d’une population exempte d’atteintes musculaires. Dans la même
perspective, la cinématique de la marche des patients est comparée à celle
d’une population saine.
Résultats.– Concernant les paramètres spatio-temporels : la cadence du pas est
supérieure, la longueur du pas est diminuée, et la vitesse du pas semble ralentie
par rapport à celle de la population de référence (p < 0,05). Quant aux données
cinématiques, une augmentation des amplitudes d’antéversion du bassin de
même en inclinaison et en rotation a été observée (p < 0,05) ; pour la hanche :
augmentation des amplitudes d’extension, d’abduction, pour la cheville :
augmentation des amplitudes de flexion-extension, pour le pied : augmentation
des amplitudes de rotation.
Discussion.– L’observation spatio-temporelle met en lumière des résultats qui
pourraient être en lien avec des risques de chutes. Pour les données
cinématiques, il se dégage des tendances pouvant être en relation avec des
insuffisances musculaires, c’est-à-dire une augmentation des amplitudes
d’abduction-adduction pouvant évoquer une insuffisance des stabilisateurs
de la hanche, ou augmentation de l’extension de la hanche pouvant évoquer un
pas postérieur accentué [1,2].
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Objective.– Respiratory management of neuromuscular disease (NMD) has
evolved from no treatment and inevitable respiratory failure (RF) to intubation/
tracheostomy and death commonly from the invasive management, to the use of
up to continuous noninvasive intermittent positive pressure ventilatory support
(CNVS) to avert RF and to permit the extubation of ‘‘unweanable’’ patients
without tracheostomy. An international panel experienced was charged by the
69th Congress of the Mexican Society of Pulmonologists and Thoracic
Surgeons to analyze changing respiratory management trends.
Design.– NMD respiratory consensuses and reviews were identified from
PubMed. Individual respiratory interventions were identified and their
importance established as well as utilization patterns over time. The panel
made recommendations for achieving prolonged survival by CNVS.
Results.– Fifty publications since 1993 were identified. Continuous positive
airway pressure (CPAP), oxygen therapy, bi-level PAP used at both low and high
spans, air stacking, manually assisted coughing, low pressure (< 35) and high
pressure ( 40 cmH2O) mechanically assisted coughing (MAC), noninvasive
positive pressure ventilation (NIV) part-time (23 hours/day) (CNVS), extuba-
tion and decanulation of ventilator dependent patients to CNVS, and oximetry
feedback for NIV and MAC were identified. All noted interventions are being
used with increasing frequency and were unanimously recommended to achieve
CNVS with the exception of supplemental oxygen and CPAP which are being
used less and were not recommended for this population. Seven hundred and
sixty one CNVS patients with Duchenne, ALS, and SMA type 1 were identified
from 19 centers in 16 countries.
Conclusions.– CNVS and extubation of unweanable patients to CNVS are being
increasingly used to prolong life while avoiding invasive interfaces.
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Introduction.– Several neuromuscular reference centers collaborative work
(Reims, Créteil, Lille, Angers, Nantes, Nancy, Paris, Garches, Nice) allowed to
develop a new tool for specific measures reported by neuromuscular disease
persons.
Patients andmethods.–A first qualitative stage has building a bank of items with
five focuses groups among various functional patient stages of the disease
(n = 41) then a study of acceptance and feasibility of items (n = 56). The second
phase (n = 127) builded the structure and calibrate the metrics of the
questionnaire Qol-NMDv1.0 (factorial analysis and Item Response Theory).
Results.– The factorial analysis and data application in a item response theory
(n = 127) construct a questionnaire v1.0 with three dimensions.
Discussion.– Qol-NMD have to measure specific reported outcome from NMD
patient. Qol-NMD V1.0 is now structured and allows the calculation of a
research score (IRT method) or a clinical one (factorial analysis). Qol-NMD
scale consists of 26 items grouped in three domains: physical symptom impacts
(nine items), self perception (eight items), activities and participation (nine
items). An optional domain for the ventilated persons requires additional
inclusions before a consolidation of its structure and its metrics.
Conclusion.– This new tool Qol-NMDV1.0 will be compared with French
InoQol version and pursues its final psychometric validation with a new NMD
persons sample: phase III of the project.
http://dx.doi.org/10.1016/j.rehab.2013.07.530
CO57-003-e
Validation of Duke Health Profile in slowly
progressive neuromuscular disorders
A. Rapin a,*, M. Toussaint-Thorin a, E. Tardieu b, M. Dramé b,
D. Jolly b, F.-C. Boyer b
a Service de médecine physique et de réadaptation, CHU de Reims, 48, rue de
Sébastopol, 51100 Reims, France
b EA 3797, CHU de Reims, Reims, France
*Corresponding author.
E-mail address: arapin@chu-reims.fr
Keywords: Quality of life; Neuromuscular disease; Questionnaire; Validity
Introduction.– Interventions in Physical Medicine are global care. Quality of
life is a subjective point of view of the patient. Its measure is complex, but useful
to personalize the intervention and to evaluate the effect of our care. Among the
generic scales, the SF-36 showed good psychometric properties with
neuromuscular patients. However, Bank et al. described a not suitable structure
of composites scores, and Boyer et al. a ceiling effect in physical dimensions.
Finally, anxiety and depression are not studied in this scale. The aim of our
study was to determine the psychometrics properties of the Duke Health Profile
(DHP), chosen for its acceptability and its specifics dimensions of anxiety and
depression, in patients with slowly progressive neuromuscular disease.
Patients and methods.– successive inclusion of neuromuscular patients in
centers of Reims, Dijon and Besançon between April 2004 and June 2011. DHP
administration on two occasions, 15 days apart. Collection of socio-
demographics data. Statistical analyzes using SAS Software 9.3.
Results.– One hundred and thirty-nine patients were included. The acceptability
of DHP is excellent with a fill rate close to 100%. Disability dimension showed
an important ceiling effect. Reliability was good with a correct internal
consistency (Cronbach = 0.54–0.73), except for the social health dimension
(0.40) and good reproducibility (ICC = 0.55–0.83). Anxiety and depression
dimensions have discriminant properties to separate patients with a Barthel
index less or greater than 40.
Discussion.– DHP is suitable and valid for patients with neuromuscular disease,
with some reserve for the social health and disability dimensions. Dimensions
of anxiety and depression have a particular interest. A comparison with the
HADS scale should be interesting.
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Aims.– When rehabilitation is proposed for a long time to improve balance in
patients with mixed motor and sensory neuropathy, no study was performed to
characterize balance and gait in sensory neuropathy and their changes following
a specific training program.
Patients and method.– A rehabilitation program including foot sensory
stimulation, balance and gait training with limited vision was followed by 30
patients with ataxic neuropathy in order to stimulate multi-sensory compensa-
tion in a no-controlled and no-blinded study. Ataxic neuropathy was graded by a
pallesthetic score. The evaluation of patients and healthy subjects was
performed with clinical tests (Berg Balance Scale, Functional Reach Test and
Timed up and Go test) and instrumental tests for balance (force platform) and
gait (Locometre).
Results.– All patients exhibited impairments in balance and gait parameters
compared to control group values. A high pallesthetic score correlated with
increased sway area when standing with the eyes open on a firm surface. At the
end of the training program, significant changes were observed in balance
control assessed using the three clinical tests (Wilcoxon test, P < 0.001). A
tendency towards a reduction of the Romberg sign was noticed and limited
changes were observed after training in instrumental tests for balance and for
gait parameters. Age induced some limitations in balance and gait parameters
but had no effect on training results.
Discussion.– These results show that ataxic patients are impaired in balance and
gait but can improve clinical balance parameters following training with a
multisensory approach. We observed only limited correlations between the
pallesthetic score and some balance parameters, suggesting that various levels
of compensation occur in these patients. It confirms that balance and gait
training have to be recommended in the non-pharmacologic approach of ataxic
neuropathy with a positive short-term effect on dynamic balance parameters
without limitation due to age or degree of sensory impairment. The
effectiveness of this training program has to be evaluated in the future in a
controlled study to ascertain the contribution of the placebo effect in these
data.
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